SUMMARY This paper describes two sibs in each of whom keratoconus posticus circumscriptus is associated with multiple abnormalities. These 
Keratoconus posticus circumscriptus (KPC) is a rare congenital abnormality in which the cornea shows an area of increased curvature centrally localised on its posterior surface in association with opacification of the overlying stroma.1 On slit lamp examination the cornea appears as if its posterior surface has been indented by a spherical object of a size smaller than that of the cornea itself. In this report we describe two sibs, one boy and one girl, in each of whom KPC is associated with multiple abnormalities.
Case reports
The affected sibs, who have been under the care of one of us (JSC) since infancy, were the products of the first and fourth pregnancies of healthy unrelated Caucasian parents. The second and fifth pregnancies resulted in spontaneous first trimester abortions, and the third in a healthy male infant. There is no history of congenital abnormality on either side of the family. (fig 7) . Intravenous pyelography revealed bilateral splitting of the renal pelvis with double ureters (fig 8) . The most striking feature in this unusual constellation of multiple malformations is the KPC. Several authors have suggested that this rare abnormality may be the sequel of an anterior chamber cleavage defect with failure of normal separation of the lens and iris from the cornea.1-3 The initial observations in the subjects of this report are consistent with this explanation, in that in case 1 the lenses were noted to be adjacent to the posterior surfaces of the corneae at the age of 3 days, and in case 2 adhesions extending from the irides to the corneae were noted at the age of 2 weeks.
Only rarely has KPC been described in more than one member of a family. In two reports both parent and child were affected.45 These patients were otherwise healthy. Haney and Falls6 described a brother and sister in each of whom KPC was associated with short stature, brachydactyly, and short stubby arms; in addition the sister showed neck webbing and was mentally retarded. We 
